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Background:  In patients with tricuspid atresia and transposed great vessels (TA-TGA) and double inlet left ventricle (DILV), the presence 
of systemic outflow tract obstruction and aortic arch obstruction has led to varied surgical approaches including Norwood palliation or initial 
pulmonary artery banding with arch repair. TA-TGA has been previously shown to be associated with a worse outcome compared to a 
diagnosis of DILV. We sought to identify contributing factors in both the pre and post Fontan periods and define long-term outcomes. Pre 
and post Fontan outcomes have not previously been reported in the same patient cohort.
methods:  214 patients were identified, 61 with TA-TGA and 153 with DILV via departmental databases and the ANZ Fontan Registry, 
representing the largest population-based series studied to date. Details of initial and subsequent surgical interventions and mortality were 
recorded. Mean post-natal follow-up was 17.4 years and similar for both groups.
results:  Survival for the whole group was 90.2, 87.3, 84.4, 83.2 and 83.2% for 5, 10, 15, 20 and 25 years respectively, with TA-TGA faring 
worse than DILV (mortality 30.3% vs. 18.5%, p<0.01 at 4 years). Peri-procedural mortality accounted for the majority of the pre-Fontan 
deaths. There was no difference in the number of patients requiring arch reconstruction in each group. 81.6% achieved a Fontan with a 
higher likelihood of achieving Fontan for DILV than TA-TGA (89.9% vs. 59.6%, p = 0.02). After Fontan completion there were 8 deaths 
(4%). Choice of initial surgical palliation (PA band vs. Norwood) did not influence outcome.
Conclusion:  Patients with TA-TGA and DILV continue to present surgical and management challenges Survival has improved survival 
compared to previous smaller series, long term outcomes are determined by the quality of pre-Fontan management and differences in risk 
according to morphology relate to the pre-Fontan era and do not persist into the long term.
